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Because the site of the atrophy is within the territory of the trigeminal
nerve, some authors have tried to relate the disease to pathological hypothesis
disturbances in the nerve or its connexions. This "irigeminar hypo-
thesis rests chiefly on the presence of a proliferative interstitial neuritis
in the peripheral branches of the fifth nerve in two of the four cases
examined microscopically, but it is also supported clinically by
uncommon cases of facial hemiatrophy with sensory impairment and
even neuroparalytic keratitis (see Vol. Ill, p. 429). Neuralgic pain Neuralgia
occurs in a proportion of these patients, but it is often not limited to
the trigeminal area and is never of the paroxysmal tic douloureux type
(see neuralgia, glossopharyngeal and trigeminal). Many of the
atypical facial neuralgias do not depend upon trigeminal disease, and
it would be rash indeed to imagine that local pain in facial hemiatrophy
necessarily suggested a lesion of the fifth nerve. This hypothesis fails
to account for those cases in which the atrophy spreads into the neck,
arm, and chest, and less still for those in which a complete unilateral
atrophy ultimately develops.
(c) Clinical Picture
The wasting may begin in any part of the face and spreads slowly or
rapidly to involve the whole of that side, usually producing serious
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fig. 62.—Extreme and generalized facial hemiatrophy, (a) Showing definite line of
cleavage and pigmented areas over the mandibulo-cervical region; (6) showing
band-like zone of alopecia, cleft in the mid-line of the forehead, and more easily
recognizable pigmentation on affected side. (From Archives of Neurology and
Psychiatry, Chicago, 1932)
disfigurement (see Fig. 62). All structures—skin, subcutaneous tissue,
muscle, and bone—are ultimately involved, but it is remarkable that
the reduction of muscle bulk takes place chiefly at the expense of the
contained fat and connective tissue. Neither the power nor the electrical

